Persistent haemorrhagic ascites in generalised haemolymphangiomatosis: a therapeutic dilemma
We report a case ofintractable, recurrent intraperitoneal bleeding secondary to visceral lymphangiomatosis, which we do not think has been reported before.
Case report
A woman was well until 1976, when, aged 24, she developed recurrent haemoptyses. Chest radiography showed multiple right cavities in the upper zone. Sputum screening for acid fast tubercle bacilli yielded negative results, and bronchoscopy was unhelpful. Right upper lobectomy was performed, and histological examination showed fibrous cavities lined with alveolar macrophages laden with pigment.
She presented in 1981 with massive splenomegaly. Haemoglobin concentration was 121 g/l, and a peripheral blood film showed macrocytosis and Howell-Jolly bodies. The histological appearance of a bone marrow trephine biopsy specimen was typical of myelofibrosis. At laparotomy a multicystic spleen weighing 4-2 kg was removed. The splenic pulp was replaced by large thin walled vascular spaces filled with proteinaceous material (figure). Postoperative chest radiography showed upper mediastinal widening, and a skeletal survey showed sclerotic deposits in the pelvis, scapulae, and femoral heads.
In 1983 she developed severe anaemia (haemoglobin concentration 55 g/l) and gross ascites. Aspiration showed heavily bloodstained fluid with an initial haemoglobin content of 77 g/l. Over the next three years she required abdominal paracentesis on several occasions and received 48 units of blood. In January 1985 a Levine shunt was inserted and drained via the right internal jugular vein; her ascites improved. Scanning after red blood cells had been labelled with technetium-99m showed an unusual vascular pattern in the inferolateral aspect of the liver. At repeat laparotomy the left hepatic lobe contained large bullas filled with blood, which were excised. obstructed in October 1985 and required replacement with a similar shunt to the left internal jugular vein. Subsequent scanning showed retrograde flow around this shunt but not down the superior vena cava. In February 1986, aged 34, she collapsed with angiographically proved emboli in both main pulmonary arteries. Streptokinase was thought to be contraindicated and embolectomy was unsuccessful. Necropsy showed organised thrombus extending through most of both pulmonary vascular trees as well as lymphangiomas of the liver, mediastinal pleura, kidneys, pancreas, and heart. The right atrium contained friable adherent clot 3 cm long.
Comment
Splenomegaly due to cystic lymphangiomatosis is rare. A review ofreports between 1940 and 1952 identified 27 cases.' Associated ascites is usually chylous and implies coexistent retropentoneal lymphatic disease. Such ascites has been successfully treated with a Denver peritoneal venous shunt.2 Severe haemorrhagic ascites in a patient with normal coagulation has to our knowledge not been reported before.
The blood in the ascitic fluid may well have obstructed the first shunt in our patient. The second shunt was obstructed by a fibrous sheath. This complication is well recognised,3 and research into non-silicone materials that cause less fibroplasia is now in progress. Caval thrombi are a recognised and dangerous complication of Levine-shunts and require anticoagulation. Unfortunately, our patient's recurrent emboli were both silent and untreatable as long term treatment was contraindicated by. continuing bleeding.
We thank Mr R Norton, Dr K Hollinrake, and Dr T Ashworth for their help with this case. 
Strongyloides stercoralis infection in Burma Star veterans
Infections with the nematode worm Strongyloides stercoralis may persist for many years after exposure, by autoinfection. The condition is well described among former second world war prisoners of the Japanese' and occurs in over a fifth ofthose who worked on the infamous Thai-Burma railway.2 Most infections cause a "creeping eruption" or "larva currens" eruption--in itchy, serpiginous urticarial rash which occurs intermittently, usually over the trunk. The real danger of strongyloidiasis, however, is the potentially fatal hyperinfection syndrome, -which may occur when infected subjects become immunosuppressed-particularly with corticosteroid drugs.3 Soldiers ofthe second world war Burma campaign fought in areas endemic for strongyloidiasis. They usually had reasonably adequate footwear, however, making them much less liable to infection (which is acquired by skin penetration of free living soil larvae). Nevertheless, we have recently described a case of strongyloides infection in a British Burma Star veteran,4 diagnosed 40 years after tropical exposure. We therefore attempted to determine the prevalence of strongyloidiasis among this group of men.
Patients, methods, and results
We circulated a questionnaire at two reunion meetings of the Burma Star Association in 1985 in Bridlington and London. These questionnaires asked whether members suffered a creeping eruption type of rash, which was described in detail (colour photographs of the rash were also distributed). Those who responded positively were contacted further by post, and if their rash was considered typical inIvestigations were arranged (three stool samples for microscopy and larval culture, blood eosinophil count, and an enzyme linked immunosorbent assay (ELISA) serum test for strongyloides). Of 566 who replied to the questionnaire, three men were finally found to have strongyloidiasis-a prevalence of 0 53%. These were all successfully treated with mebendazole.
